Since it was first described by Theodor Leber as 'pigmentary retinitis with congenital amaurosis' (Leber, I867) , the entity which bears his name has been the subject of sporadic reports defining its clinical and pathological characteristics. It accounted for about io per cent of the blindness in Sweden (Alstrom and Olsen, 1957) and i8 per cent among children in a series in Holland (SchappertKimmijser, Henkes, and van den Bosch, I959). The former report established its recessive inheritance pattern, first suspected by Leber, while the latter spelled out in detail its clinical findings. Other synonyms by which it is known reflect various concepts of its pathogenesis (Sorsby and Williams, 1960; Waardenburg, I 957)-for example, retinal aplasia or neuroepithelial dysgenesis. Pathological material has been scant and varied. Sorsby's case (Sorsby and Williams, I960) showed atrophy of all retinal layers. Other authors (Aubineau, 1903;  Vrabec, I951I; Babel, I963; Gillespie, I966; Horsten and Winkelman, I960) found the neuroepithelium to be markedly affected with the rods and cones barely recognizable and the pigment epithelium proliferated. Kroll and Kuwabara (I964), in an electron microscopic study of a case, found an absence of rods, cones devoid of outer segments with short inner segments, and a few abnormal mitochondria. The This white baby boy was first seen in May 1971 when aged I9 months. He had a history of poor vision and nystagmus which had been noted since he was 2-3 months old. His mother became aware of the occurrence of digito-ocular stimulation at about the age of 6-8 months. Growth and development were otherwise normal. His parents were not related to each other. Pregnancy and delivery were normal; his mother had had one previous spontaneous abortion. There was no family history of serious eye or central nervous system abnormalities on either side of the family.
Examination
The eyes were deep-set, the child was thought to have (Fig. 4) 
There was no latent component to the nystagmus noted.
The patient gave a definite positive response to vertical The globes were not particularly deep-set in the orbit.
optokinetic testing. The pupils were of normal size and A pendular nystagmus with a quiet phase (Kestenbaum, responded briskly to light directly and consensually. No I96I) in gaze up and left was present. She used a head photophobia or digito-ocular stimulation were noted. The turn to the right with chin depressed to obtain this gaze.
anterior segments were completely normal. The dilated Fixation (within the limits permitted by the nystagmus) fundus examination revealed albinotic fundi. The discs and following movements could be elicited in both eyes. appeared to be markedly raised (Fig. sa and 5b) . The (Haining, 1966 (Blair and Walsh, I969) . This dilatation was not seen in our patients nor was the neurological picture in either of them suggestive of a space-occupying intracranial mass. The fluorescein picture resembled, to a certain extent, the 'ischaemic oedema' described by Karel, Otradovec, and Peleska (1972) as occurring with drusen of the optic disc. The clinical picture in all their patients, however, was one of sudden loss of vision occurring in adult patients accompanied by oedema of the disc, capillary dilatation, and later the development of optic atrophy. Witmer (i967) described ischaemic oedema of the optic disc without capillary dilatation, and we feel that the disc oedema in our patients represents some form of stasis oedema akin to this. We cannot exclude the possibility that the unusual appearance of the optic nerve head in both these patients was due to deep-lying drusen of the optic disc in small hyperopic eyes causing some local haemodynamic changes resulting in oedema.
A further essential point is the awareness that this disc appearance can occur in association with Leber's amaurosis. Such a patient will frequently present as a blind, retarded child with nystagmus. The picture of the disc, so suggestive of papilloedema, may cause confusion and lead to further neurological studies which are unnecessary to elucidate the cause of the blindness. The finding of an extinguished electroretinogram is confirmatory of the presence of Leber's amaurosis. Of interest, also, is the occurrence of high hypermetropia in association with both our cases. Karel and others (I967) and Karel (I 968) have drawn attention to the association of high hypermetropia with cataracts and keratoconus in their group of patients with Leber's amaurosis. It is possible to speculate that the disc elevation, the keratoconus, and the cataract are manifestations of a structural abnormality of the entire globe itself. Unfortunately, ultrasonography was not available at the time when these patients were under our observation.
